Objective: Vascular Ehlers-Danlos syndrome (VEDS) is a rare connective tissue disorder with >700 mutations in the COL3A1 gene affecting collagen type III production. Limited data exist regarding the consequent aortic and branch vessel aneurysms and dissections, presentation, and treatment outcomes. This study aimed to provide a description of a contemporary cohort of patients diagnosed with VEDS.
Objective: Vascular Ehlers-Danlos syndrome (VEDS) is a rare connective tissue disorder with >700 mutations in the COL3A1 gene affecting collagen type III production. Limited data exist regarding the consequent aortic and branch vessel aneurysms and dissections, presentation, and treatment outcomes. This study aimed to provide a description of a contemporary cohort of patients diagnosed with VEDS.
Methods: This was a multi-institutional retrospective cohort study of patients diagnosed with VEDS between 2000 and 2015. Demographics, family history, diagnosis modality, COL3A1 mutations, vascular disease, and management data were collected. Data were presented as median and ranges. Patients with confirmed causative COL3A1 mutations were analyzed for vascular disease.
Results: Eleven institutions identified 173 (35.3% male) patients with VEDS. Median age at diagnosis was 26.5 (range, 0.1-81) years by genetic testing, skin biopsy, and clinical criteria in 63%, 3%, and 18% of the cases, respectively. In 16.2%, the diagnosis method was unknown. A family history of confirmed or suspected VEDS, sudden death, stroke, or myocardial infarction was documented in 47.4% of the cases. Arterial dissections or aneurysms were diagnosed in 81 cases (51.9% male). At the time of data collection, 11.6% of the patients died at a median age of 37 (range, 19-70) years, with 95% due to vascular complications. COL3A1 mutation data were available for 79 cases (46.9% male, 5 null mutations). In 15.2% of the cases, the COL3A1 mutations were found to be noncausative. Among those with a causative mutation, 42 (62.9%) were diagnosed with arterial dissections or aneurysms (50% male, 3 null mutations) at a median age of 31.5 (range, 12-79) years. This involved the carotid/vertebral, mesenteric/renal, and iliac arteries in 35.7%, 47.6%, and 31% of the cases, respectively. Aortic involvement occurred in 23.8% of the cases. Mortality in this group was 16.7% at a median age of 43 (range, 22-70) years. Vascular interventions were undertaken in 15 (35.7%) cases (10 open, 5 endovascular), of which 3 were for rupture (thoracic aorta, abdominal aorta, and splenic artery).
Conclusions: This is a large, multi-institutional descriptive study of patients diagnosed with VEDS. The study highlights the importance of establishing a precise diagnosis by confirming a causative COL3A1 mutation. This is a first step toward an accurate understanding of the disease and operative outcomes, thus facilitating clear guidelines for management. Objective: Isolated spontaneous dissection of the superior mesenteric artery (SMA) and celiac artery (CA) remains a rare condition but has been increasingly noted incidentally on diagnostic imaging. We sought to study the natural history and outcomes of patients presenting with isolated spontaneous mesenteric artery dissections (SMADs), hypothesizing that most SMADs can be treated nonoperatively.
Methods: This was a single-center retrospective review of patients presenting with the diagnosis of SMAD between 2006 and 2016. Data analysis included demographics, clinical data, radiologic review, treatment, and outcomes.
Results: A total of 78 patients were found to have isolated CA or SMA dissection diagnosed on computed tomography or magnetic resonance imaging. Average age was 56 years (range, 26-86); 80% were male. Nine patients (12%) had underlying arterial disease; five had fibromuscular dysplasia, and four had segmental arterial mediolysis. The majority, 64%, presented with symptoms including abdominal pain, back pain, and chest pain; the remaining 36% were asymptomatic. Combined SMA and CA dissection was found in 14 (18%) patients, whereas 33 (42%) presented with isolated CA dissection and 31 (40%) presented with isolated SMA dissection. Only four patients required intervention. Mesenteric bypass was performed in two patients, and SMA endarterectomy with patch angioplasty was performed in one patient for signs of bowel ischemia. No patient required bowel resection. The two bypasses were anastomosed to a branch of the SMA, and complete lumen restoration was seen on long-term imaging follow-up (Fig) . One patient underwent stent grafting of the CA and hepatic artery for aneurysmal degeneration 1 month after diagnosis. The remaining 74 patients were managed nonoperatively; 40 (55%) were treated with a short course of anticoagulation, 23 (31%) were treated with antiplatelet therapy, and 10 (14%) were treated with observation alone. No other later interventions or recurrences were noted during a mean follow-up period of 21 months.
Conclusions: Whereas isolated SMAD poses a risk of visceral ischemia, most patients presenting with this diagnosis can be treated nonoperatively with a short course of antiplatelet or anticoagulant therapy. Indications for surgical intervention include bowel ischemia and aneurysmal degeneration. Objective: The objective of this study was to delineate the specific types of waveforms that exist in type II endoleaks (T2ELs) and their effect on the aneurysmal sac size. . He was treated with anticoagulation, but over a period of 9 days, he progressed to complete SMA occlusion with symptoms of bowel ischemia (B). He was treated with mesenteric bypass to a branch of the SMA with restoration of low to the true lumen (C).
Methods: Patients who underwent endovascular aneurysm repair and were diagnosed with a T2EL were included in the study. The flow velocity characteristics of the T2ELs were evaluated in detail with duplex ultrasound. Four different flow patterns were identified: high resistance, low flow; low resistance, low flow; low resistance, high flow; and to-fro flow. The type and number of vessels involved, time of detection, evolution, and need for treatment were recorded. The aneurysm sac diameter was monitored with duplex ultrasound. A baseline computed tomography scan was performed within 1 month of the procedure and repeated only when the patient developed symptoms or there were changes in the ultrasound examination findings.
Results: Of 382 patients who underwent endovascular aneurysm repair in our institution, 56 were diagnosed with a T2EL (14.65%). There were 52 male and 4 female patients with a mean age of 74 years (61-86). The T2EL was diagnosed within the first month for the majority of the patients (32/56). Nine patients were diagnosed at 3 months, five patients at 6 months, three patients at 9 months, and seven patients at 1 year or later. There were 43 patients who had a T2EL involving one vessel; two vessels were involved in 11 patients, and three vessels were involved in 2 patients. High-resistance, low-flow endoleak was detected in 14 patients; of those, 13 were occluded and 1 was converted to high flow. Low-resistance, low-flow endoleak was detected in seven patients; of those, five were occluded, one remained stable, and one converted to high flow with sac enlargement requiring treatment. Low-resistance, high-flow endoleak was found in 13 patients; of those, 8 were occluded, 3 remained stable, and 2 had sac enlargement requiring treatment; 1 patient presented with rupture. Finally, to-fro flow was identified in the majority of the patients (22); of those, 14 occluded, 3 remained stable, and 5 had sac enlargement requiring treatment; 2 patients presented with rupture. No deaths due to T2EL were encountered.
Conclusions: Most of the T2ELs result in spontaneous occlusion and are not associated with sac enlargement. A high-flow or to-fro flow T2EL has higher chances of resulting in sac enlargement and rupture. Objective: A complete forefoot amputation is a challenging wound to heal. Contemporary reviews of this problem are few. This report studies a 10-year single-center experience and describes the surgical interventions and outcomes observed.
Methods: Consecutive patients undergoing total transmetatarsal amputations (TMAs) during 10 years were identified and analyzed. Demographics, comorbidities, surgical history, indications, postoperative wound complications, length of stay, and mortality data were abstracted from the electronic medical record. Results were evaluated using descriptive statistics and multivariable modeling. Survival rates and limb salvage rates were calculated using the Kaplan-Meier product-limit method.
Results: TMA was performed in 131 patients. The mean age was 58.4 6 11.9 years; 40% of the patients were female, and 79% were African American. Seventy-four percent of the patients had diabetes, 49% had a history of peripheral arterial disease, and 33% had end-stage renal disease. Forty-nine percent denied any history of smoking. Fifty-eight patients (44%) had prior toe amputations before their completion TMA. Ipsilateral revascularization occurred in 47 patients during the same admission as their TMA, and only 12 were documented to have a palpable pedal pulse following revascularization. The most common reason for TMA was dry gangrene (44%), followed by soft tissue infection (34%), foot ulcer (24%), and nonhealing prior toe amputation (22%). Major amputation occurred in 27% after TMA, with a median (interquartile range) time to amputation of 37 (18-220) days. Forty-five (34%) patients required another surgery to their TMA site because of a complication, with two patients requiring up to six revisions. Of those 45 patients with complications after TMA, 28% of limbs were subsequently salvaged. The most common reason (65%) for a forefoot site complication and a major amputation (75%) was ischemia. On multivariable analysis, limb loss was associated with concomitant soft tissue infection. Thirtyday mortality was 5%. Limb salvage was 78%, 75%, and 74% at 1 year, 3 years, and 5 years. Survival was 88%, 86%, and 82% at 1 year, 3 years, and 5 years.
Conclusions: A TMA is difficult to heal, but it is a viable option for limb salvage. Poor prognostic indicators include a soft tissue infection. Although there is a mandate to reduce readmission and wound complication rates, the complete forefoot amputation should not be abandoned. Objective: The purpose of this analysis was to study the contemporary epidemiology and outcomes after pediatric vascular injuries (Ped VIs).
Methods: The National Trauma Data Bank (2002 Bank ( -2012 was queried to identify children (0-16 years) who sustained Ped VIs. Patients were categorized on the basis of their demographics, locations and mechanisms of Ped VIs, and presenting trauma severity (Injury Severity Score [ISS] and shock). The study period was divided into two 5-year periods (P1,2002-2006; P2, 2007-2012) to study the trends in Ped VI presentation and outcomes (hospital death and extended length of stay [LOS >8 days] ). Adjusted analyses were performed to identify variables independently associated with hospital death or LOS after Ped VI.
Results: Analyses were performed on 3408 cases (73.7% male; 52.8% white; mean age, 10.5 6 4.5 years). The U.S. Southern region saw the highest increase in Ped VI rates (P2 vs P1, 38.3% vs 25.0%; P < .05). Blunt injuries constituted the majority of Ped VIs (57%). Firearm (36.9%) and motor vehicle trauma (MVT; 34%) were the most common mechanisms of injury resulting in mortality. Although there was a significant decrease in MVT rates (P2 vs P1, 17.4% vs 22.6%; P < .05), firearm Ped VI rates were unchanged. The anatomic location of Ped VIs is summarized in Fig; upper extremity injuries were most common (34.9%). ISS and shock were significantly decreased during P2 (Fig) . Overall mortality occurred in 7.9% of patients, which significantly decreased (P2 vs P1, 10.9% vs 6.3%; P < .001) without a significant change in LOS. Adjusted analyses indicated that the odds of mortality decreased by 32% during P2 (P ¼ .08) and was independently associated with penetrating mechanism of injury (odds ratio [OR], 1.97; 95% confidence interval [CI], 1.21-3.19; P ¼ .005), shock at presentation (OR, 5.48; 95% CI, ; P < .001), and ISS (OR, 1.076; 95% CI, 1.06-1.27; P < .001).
Conclusions: We observed a significant decrease in the overall severity of injury and in-hospital mortality concurrent with the observation of a significant decrease in MVT Ped VI rates. Public health policies directed toward firearm safety may further decrease Ped VIs and mortality among this vulnerable population. 
